ABSTRACT -We describe a female patient with hemimasticatory spasm, a rare movement disorder due to dysfunction of the motor trigeminal nerve of unknown origin. This patient had an excellent response to botulinum toxin therapy.
Hemimasticatory spasm (HMS) represents a rare movement disorder due to a dysfunction of the motor trigeminal nerve of unknown origin. It is frequently misdiagnosed as hemifacial spasm, which is a disorder due to dysfunction of the facial nerve [1] [2] [3] . The most striking features of HMS are the excruciating pain that accompanies the spasm itself and the fact that initially masticatory movements act as a trigger for the spasm [1] [2] [3] . There are many options for the treatment of HMS, raging from medical to surgical approaches. A milestone in the treatment of HMS was botulinum toxin, which has become the treatment of choice due to its excellent results. We report a HMS case.
CASE
A 44 years old female patient came to our service complaining of facial spasms and severe pain compromising the right temporal region and the right side of the face and lasting 1 up to 2 minutes. The symptoms were triggered by masticatory movements at first, but more recently they needed no triggering factor and appeared spontaneously. She also complained of difficulty in talking and swallowing when she had the spasms.
Neurological examination was normal except for intense contraction of the masseter and temporal muscles on the right with severe facial pain when the patient had the spasms. Routine laboratory tests (WBC, biochemistry, VDRL, ERS) and ceruloplasmine were all normal.
The patient also had a previous history of irregular menstrual cycles and even amenorrhea for more than one year. Endocrinological investigation disclosed increased prolactin levels (61.34; normal: 1.39 -24.20) and normal thyroid tests: TSH 1.458 (normal range: 0.490 -4.670), T3 86.12 (normal range: 45 -137) and T4 7.64 (normal range: 4.5 -12). Cranial computed tomography (CT) and a magnetic resonance imaging (MRI) were normal. The patient was treated with several drugs such as carbamazepine, clonazepam and gabapentin with no improvement whatsoever.
An electrophysiologic study (electromyography of the right masseter and temporal muscles) was performed, which disclosed bursts of motor unit potentials, with duration of 40 seconds and irregular frequency, during hemimasticatory spasm. Electromyography-guided injection of 100 units of botulinum toxin (Botox, Allergan) in both the right masseter and right temporal muscles was then performed, leading to a remarkable improvement of symptom. The duration of effect was three months, when a new injection of botulinum toxin had the same result.
DISCUSSION
HMS is a rare movement disorder of unknown origin 1, 2 that affects more women in the third and fourth decades. It's probably due to a disorder of the trigeminal nerve, similar to the one found in ordinary hemifacial-spasm. Entrapment of the motor branches of the trigeminal nerve in the infratemporal fossa 2, 3 leads to paroxysmal involuntary contraction of the jaw muscles with involuntary jaw closing 1 . Other authors believe that a vascular compression near the brainstem is the cause of HMS 2 . To some extend, lack of inhibition of masseter muscle contraction may play a role in the etiology of HMS.
The muscles commonly affected are the masseter, temporalis and medial pterigoid 1 . Brief, paroxysmal spasms are separated in time by variable symptomsfree intervals and are not linked to specific tasks 1 .The aforementioned muscles can be hypertrophied in HMS, as opposed to the facial muscles affected in hemifacial spasm, which do not get hypertrophied Another clinically distinct feature of HMS is that it may be painful, while hemifacial spasm tends to be not related to pain of any kind. HMS can also be associated with hemifacial atrophy [1] [2] [3] in some cases, but this association is not obligatory.
Electrophysiologic study discloses an irregular bursts of motor unit potentials, similar to the findings of ordinary hemifacial spasm and absent masseter inhibitory reflex 1, 2 .This electrographic pattern suggests that there is an ectopic excitation of the motor root of the trigeminal nerve, rather than a central origin 1 
.
The electrophysiologic findings are characteristic and help in the differential diagnosis with other conditions, such as unilateral dystonia of the jaw with jaw closure, temporomandibular joint syndrome, paroxysmal events in multiple sclerosis and tetany 4, 5 .
To that effect, EMG shows unilateral discharges and focal hypertrophy 1 .
Treatment options for HMS include the use of oral drugs, surgical treatment and injection of botulinum toxin 1, 3, 5 . The latter seems to be the treatment option with the best outcome. The drugs that have been used in the treatment of HMS are phenytoin, carbamazepine, clonazepam, diazepam, dantrolene, baclofen, valproate, haloperidol, amitriptyline, cyclobenzaprine and trihexyphenidril, all of them with poor clinical improvement, except maybe for carbamazepine and phenytoin 1 .
Botulinum toxin is now available for a wide spectrum of conditions characterized by muscle over-contraction, including dystonia, hemifacial spasm and spasticity among other indications 6 . Remarkable results have occurred in the treatment of focal dystonia and particularly hemifacial spasm, an entity very similar to HMS HMS is a highly debilitating movement disorder. It's probably due to a dysfunction of the trigeminal nerve, similar to the one found in ordinary hemifacial-spasm. Our patient showed an excellent response to botulinum toxin therapy.
